Glomangioma of the Upper Limb Associated with Hypoplastic–Dysplastic Superficial Venous System  by Parthenis, D.G. et al.
SHORT REPORT
Glomangioma of the Upper Limb Associated with
Hypoplastic±Dysplastic Superficial Venous System
D. G. Parthenis, K. I. Paraskevas, D. N. Staramos, D. Papavdis, N. Giannakou
and D. S. Georgopoulos
Departments of Vascular Surgery, Radiology and Pathology, Konstantopoulio ± `` Agia Olga'' General Hospital,
Athens, Greece
EJVES Extra 4, 89±90 (2002)
doi:10.1053/ejvx.2002.0180, available online at http://www.sciencedirect.com onIntroduction
The diagnosis, treatment, and classification of vascular
malformations encompass uncertainties and difficul-
ties. An unusual form of a glomus tumor associated
with hypoplastic-dysplastic superficial venous system
diagnosed in a young man is reported.
Case Report
A 17-year-old male presented with venous deformities
on the ulnar aspect of his left upper limb. Four blue
berry-like skin protrusions 3±6 cm in size were regis-
tered, clinically resembling venous lesions. The defor-
mities had been present since the patient's infancy,
but enlargement had been observed during the last
six months. They were soft, compressible, non-tender,
painless.
Physical examination revealed no abnormality.
No bone deformity or muscle weakness were found.
Vascular ultrasonography and intra-arterial sub-
traction angiography both had normal results.
Phlebography demonstrated some venous channels
connecting the deep venous system with the lesions,
suggesting the diagnosis of venous deformities. Direct
puncture contrast venography unraveled an abnormal
hypoplastic-dysplastic superficial venous system
`` parallel'' to the normal superficial venous system,Please address all correspondence to: K. I. Paraskevas, 11, Riga
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system (Fig. 1).
All four lesions of the upper extremity were
removed by radical resection under general anaes-
thesia. Healthy tissue was resected with a margin of
0.5 cm in each lesion. Primary closure was possible
due to the flexibility of the skin folds in the areas
involved. Histological examination showed non-
encapsulated lesions composed of irregularly shaped
and focally dilated vascular spaces lined by a single
layer of flat endothelial cells. Small epithelioid-type
glomus cells were distributed in the wall of these
vascular spaces, peripheral to endothelial cells as a
narrow rim of one to three and occasionally five layers
exhibiting immunoreactivity to smooth muscle actin,
vimentin, and desmin. These histological findings
undoubtedly set the diagnosis of glomus tumor
(Fig. 2).Fig. 1. Direct puncture contrast venography demonstrating a super-
ficial hypoplastic and dysplastic vein system communicating via
venules with the deep vein system.
 CC BY-NC-ND license.
Fig. 2. Dilated vascular spaces are surrounded by glomus cells.
H/A 100. For more information see text.
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Glomus tumors are hamartomas derived from the
normal glomus body. The typical clinical presentation
is a well-circumscribed, subungual painful nodule
3±10 mm in diameter. Other common sites include
the palm, forearm, coccyx, and foot. The clinical triad
of: excruciating paroxysmal pain, tenderness, and cold
sensitivity, has been advocated to be diagnostic.2
Our patient, however, experienced no pain, tender-
ness or cold sensitivity. He had multiple lesions, but
no first-degree relative with similar lesions, as is
usually the case.2 The clinical presentation and pre-
operative radiologic work-up were rather suggestive
of a venous lesion (dysplasia or cavernous venous
malformation). In fact, if the histological examination
had not revealed the characteristic epithelioid-type
glomus cells arranged in layers in the wall of these
vascular lesions, it would be assumed that they
actually represent venous malformations.
Vascular malformations can be classified as: (1)
arteriovenous malformations; (2) venous lesionsEJVES Extra, 2002(including dysplasias and cavernous venous mal-
formations); (3) infantile haemangiomas (benign
neoplasms);and (4) congenital arteriovenous fistulae.1,5
Venous lesions, in particular, appear as bluish dis-
colorations, with thin overlying skin, which may be
either localized or can involve extensive areas of
the body. These lesions usually communicate with
the normal venous system through very few, narrow
tributaries.3 Venous lesions may produce local pain
and tenderness, especially when the lesion involves
muscle.4 They may also be accompanied by bone and
soft tissue changes as in Klippel±Trenauney, Servelle±
Martorell and Parkes±Weber syndromes.
Concerning the treatment of these venous lesions,
surgical excision is preferred over direct puncture and
sclerotherapy if the lesions are limited in size and
primary closure is possible. Sclerotherapy is reserved
for widespread bulky lesions.
In conclusion, this appears to be the first case of a
glomus tumor associated with a hypoplastic±dysplastic
superficial venous system.
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